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CASE REPORT

Amniotic band syndrome in dichorionic diamniotic twin pregnancy
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Abstract

Background: Amniotic band syndrome (ABS) is a rare disorder which leads to a number of deformities of the fetus
body. The treatment depends on the severity of the defect and the extent of the deformity.

Case report: A 36-year-old primigravida with a dichorionic diamniotic (DCDA) twin pregnancy was diagnosed during the
first-trimester ultrasonography with fetal lower part edema of one twin caused by amniotic bands. A selective termination
of the affected fetus was performed. The remainder part of the pregnancy was normal. A healthy newborn was delivered at
term. After delivering the placenta, the presence of fetus papyraceus was detected. The amniotic bands were unidentifiable
in the pathologist’s examination. A reliable ultrasonographic diagnosis enables the detecting ABS in early pregnancy.
Conclusion: In the case of ABS in DCDA twin pregnancy, conducting a selective termination of the affected fetus cre-
ates the opportunity for the proper development of the healthy fetus as well as reaching its full maturity. HIPPOKRATIA

2017, 21(1): 46-48.
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Introduction

Amniotic band syndrome (ABS) occurs with a fre-
quency ranging from 1 in 1,200 to 1 in 15,000 live births'.
Its incidence in multiple pregnancies seems to be very
low and has never been precisely determined. The clini-
cal manifestation of ABS depends on the location of the
constricting amniotic bands, as well as on the severity of
their constriction on the fetus. Bands surrounding vital
areas, such as the umbilical cord or the head, are the most
life-threatening. The defects caused by amniotic bands
are usually asymmetric and polymorphic. The most com-
mon clinical symptoms of ABS are deformities of the
fingers and toes, including their amputation. Rings con-
stricting other body parts, causing injuries to the chest
and abdominal wall, are observed more rarely®. If limb
defects coexist with other severe deformations, including
anterior body wall defects and/or exencephaly with fa-
cial clefts, such a polymalformation is called limb-body
wall complex (LBWC)?. However, some studies tend to
distinguish these two entities - LBWC and ABS - on ex-
clusively epidemiologic grounds*®.

We report here on a case of ABS diagnosed in the
first trimester, selectively affecting one fetus in a dicho-
rionic diamniotic (DCDA) twin pregnancy after in vitro
fertilization (IVF). To the best of our knowledge, the case
described is the first in which a selective termination was
performed because of ABS and the gestation was com-
pleted with the delivery of a healthy newborn at term.

Case report

A 36-year-old primigravida with a DCDA twin preg-
nancy was diagnosed with fetal lower part edema of
one twin during the first trimester (Figure 1A, 1B). The
patient had been treated for infertility connected with
ovulation disturbances and male factor. The pregnancy
resulted from IVF. The pregnant woman was sent to the
tertiary care center on the eleventh week of pregnancy to
have an ultrasound (US) consultation conducted. The US
scans revealed the presence of a constricting ring around
the navel region of one twin that caused the aforemen-
tioned edema. A 3-dimensional (3-D) US confirmed the
malformation. Amniotic band syndrome was diagnosed.
At the same time, the first-trimester screening test (US
scans + double test) for chromosomal abnormalities was
performed. The risk of trisomy 21 was below 1:1700,
whereas for trisomy 13/18 was less than 1:4500 for both
fetuses. The patient was given three options: i) the selec-
tive termination (ST) of the compromised fetus, ii) the fe-
toscopic release of the amniotic bands, and iii) expectant
management. On the 14" week of pregnancy, the preg-
nant woman decided to proceed to ST of the anomalous
fetus, which was performed by an intra-cardiac injection
of potassium chloride, without any further complications.
The remainder part of the pregnancy was normal. At the
41 week of pregnancy, due to no progress of labor after
the rupture of the amniotic sac, a cesarean section was
performed. The delivered newborn baby girl weighed
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Figure 1: Longitudinal section (A) and cross section (B) ultrasound scan showing lower part edema of one twin during
the first-trimester ultrasonographic scan of a dichorionic diamniotic (DCDA) twin pregnancy; (C) Compressed, macer-
ated second fetus after delivery with no signs of amniotic bands.

3,240 grams with an APGAR of 10/10/10/10 measured in
the 1%, 39, 5" and 10" minute of life. After delivering the
placenta, the presence of fetus papyraceus was detected,
and was described by the pathologist as a compressed,
completely macerated, fetus, presented as a yellowish-
pink flaccid mass of an irregular shape, measuring 4.5 x
5.3 x 2.8 cm. The amniotic band was unidentifiable. In the
microscopic examination, the structure of the fetal tissues
was entirely effaced due to advanced autolytic changes
(Figure 1C). The mother and the baby were discharged
from hospital in good health, four days after delivery.

Discussion

In the majority of cases, the diagnosis of amniotic
bands is possible by the US, which has been already
performed in the first trimester of pregnancy, or at the
beginning of the second. While the revealing of amni-
otic bands is helpful, it does not lead, however, to the
detection of ABS. 3D ultrasonography may improve the
detection of facial and distal limb deformities®. Fetal
lower part edema requires differentiation from fetal asci-
tes, an early manifestation of nonimmune fetal hydrops,
urinary ascites, and chyloperitoneum’. The discovery of
amniotic bands presence during ultrasonography requires
particular attention being paid to the fetus until the end of
the pregnancy. ABS increases the risk of complications,
which are dangerous for the fetus, including preterm de-
livery, low birth weight, and stillbirth.

In order to prevent fetal limb amputation and/or intra-
uterine death, attempts are made to perform intrauterine
surgeries. In each case, the parents must be thoroughly
informed about the risk of such surgical intervention
which in ABS involves the cutting of the amniotic bands
by means of fetoscopy®. Another therapeutic method in-
volves using a laser to reduce adhesions’. These treat-
ments carry the risk of complications, such as rupture of
the amniotic sac, or premature delivery'’. The manage-
ment in a multiple-gestation may be similar; however, the
risk of complications after fetoscopy or laser therapy in
a twin pregnancy seems to be much higher. Moreover,
ethical and clinical dilemmas may arise when consider-
ing ABS treatment in a multiple-gestation.

ST in a multiple-gestation may be complicated by
fetal loss and preterm delivery. The most frequent in-

dications for such a procedure are chromosomal and
structural abnormalities. In general, in twins, the risk of
congenital defects and aneuploidy is increased in com-
parison to singletons''. We have not found any previous
study concerning selective ABS in a twin pregnancy as
an indication for ST. In our pregnant, the calculated risk
for trisomy 13, 18, 21 was low for both fetuses, and the
constricting amniotic band with edema of the lower part
of one fetal body were the only abnormal findings.

The risk of fetal loss after ST may depend on the
gestational age when the procedure is performed. There
are studies which suggest that ST before 18 weeks of
gestation is associated with a slightly lower loss rate'2.
However, other authors have found an equal loss rate in
DCDA twins selectively terminated before and after the
20™ week of gestation'?, or an even higher loss rate when
the procedure was carried out in the first half of the preg-
nancy'®. None of the above studies proved a statistically
significant correlation. The studies mentioned above
gave similarly conflicting results with regard to the risk
of a premature delivery.

The most recent study by Bigelow et al, conducted in
a group of 80 patients who underwent ST before (n =47)
and after (n =33) the 18™ week of gestation showed that
when the procedure was performed earlier it was not fol-
lowed by any fetal loss, while in the group after the 18th
week, a miscarriage occurred in four cases'. In women
who delivered at term, the median gestational age at the
time of ST was 14.1 weeks. In the group of preterm births
after ST, the median gestational age at the time of ST was
18.7 weeks. The gestational age at the time of ST was the
only characteristic independently associated with the risk
of preterm delivery.

Our pregnant patient underwent ST in the 14™ week
of her twin pregnancy and delivered a healthy newborn
at term. According to the pathologist’s description of the
macerated second fetus after delivery, the amniotic bands
were unidentifiable. In the case of ABS in a DCDA twin
pregnancy, conducting the ST of the affected fetus creates
an opportunity for the proper development of a healthy
fetus as well as its reaching full maturity. Invasive meth-
ods of treatment seem to carry an unacceptably high risk
for both fetuses in a DCDA twin pregnancy. With no ther-
apeutic options for ABS in a multiple-pregnancy, an early
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ST carried out before the 18™ week of gestation allows
for the successful development of the other twin.
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